Among progressive myoclonus epilepsy, Lafora disease is characterized by the presence of Lafora body (polyglucosan body) in the central neurons.
A similar substance is found in other organs (Schwarz et al. 1965) . Lafora disease has been so far diagnosed by liver (Inoue et al. 1974) or muscle biopsy (Carpenter et al. 1974) . Recently however, skin biopsy is found to be very useful (Carpenter et al. 1981 She was considered to be a normal girl until 9 years old. At the age of 10, visual seizures (twinkling stars similar to a soap bubble) with myoclonus of eyelids started occurring and became progressive. When she was 12 years old, she began to present generalized seizures with impairment of consciousness, progressive mental retardation, gait disturbance and personality change.
Since the age of 13, she was Mental symptoms such as progressive dementia and personality change were noted. Neurological abnormalities such as visual seizures, generalized seizures, myoclonic jerks (in the upper extremities and facial musculature), finger tremor, hypotonia, scanning speech and cerebellar symptoms were found.
The spleen and liver were not palpable.
There were no abnormalities in laboratory findings. Blood and urine tests, liver and kidney functions and fundus were normal. No vacuoles of lymphocytes were observed. An EEG showed that basic activity was dominated by slow waves, showing diffusely polyspike and wave complex increased by photic stimulation (Fig.  1) . CT scan showed slight dilatation of gyri. She scored 55 at the age of 13, and below 35 at the age of 14 in the intelli- 
